A psychiatric consultation is often advisable and if possible the management should include both physical and psychiatric therapy.
It is often necessary to empty the bowel, and once the accumulated fieces have been evacuated the bowel should not be allowed to become overfilled. After an initial wash-out it should be possible to use oral medication. Rectal procedures are humilating, not always without hazard and are psychologically damaging. Most children dislike enemas and suppositories and the few who appear to relax and enjoy them are precocious candidates for the dubious establishments offering 'colonic lavage'. Oral medication has the advantage that the child defecates when he has the urge to do so not when adults make him, and he has the satisfaction of doing it himself. Both these points are essential features of the bowel re-education programme.
My preference is for standardized senna, but this is a clinical impression and I have little experience with other drugs such as dioctyl sodium sulphosuccinate, or bisacodyl. Some surgeons recommend that medication be combined with a strict training regime while some psychiatrists believe that this is harmful and that the medical and nursing staff should take no interest in the patient's bowel movements. I think both these extremes are faulty. Some children do need regular reminding to go to the lavatory. If a child is under treatment for bowel dysfunction he is usually logical enough to expect the staff to take some interest. However, I am against coercive training, especially if it is accompanied by threats of more medication or enemas, and if the mother is enlisted as the disciplinarian.
My main thesis is that surgeon, p2ediatrician and child psychiatrist are allies in helping these children and their parents. Each has a contribution to make in understanding the problems involved and each has a place in management. They should work together on the same case at the same time and not, as so frequently happens, take on the patient in turn. Todd (1961) , as follows: (1) Obstructive: volvulus of sigmoid 3, ectopic anus 1, imperforate anus 1, anal stricture 1. (2) Psychiatric 1. (3) Endocrine, none. (4) CNS, secondary to hemiplegia, 2. (5) Peripheral nervous system: (a) Aganglionic megacolon, Hirschsprung's disease 16. (b) Idiopathic megacolon 37.
In the obstructive lesions treatment of the obstruction has in all 6 cases been followed by a return to normal bowel activity; their bowels are open once or twice a day without any need for aperients.
One of the 2 cases following hemiplegia developed a rectal mucosal prolapse five years later, probably due to persistent straining at stool.
The occurrence of cases of Hirschsprung's disease in adolescence and early adult life must be stressed. A quarter of all cases of megacolon investigated at St Mark's have been found to be due to Hirschsprung's disease. Age on presentation has ranged from 62 to 6 years; 12 were over 20 years old. We therefore stress that a fullthickness rectal biopsy, taken under anesthesia, should be examined for the typical histology of this disease. Once the diagnosis is established operation should be advised. The longer medical treatment is continued the more difficult surgery becomes as the bowel gets larger and thicker. At least 5 of our patients had incorrect surgical procedures before being investigated at St Mark's as no diagnosis of Hirschsprung's disease had been made.
In most of the cases diagnosed as idiopathic megacolon investigated since 1961 we have assessed the reflexes of the pelvic floor, with particular reference to the volumetric rectal distension necessary to inhibit the puborectalis muscle and anal sphincters; initially we used a manometer and a distensible balloon, assessing when the anus began to dilate; latterly, and more accurately, we have used electromyography as described by Porter (1961) and Callaghan & Nixon (1964) .
Out of 18 cases seen since 1961 12 have been investigated by EMG and 10 have shown a record which we regard as typical of idiopathic megacolon. In the normal patient distension of the rectum causes an initial increase in electrical potentials which then become progressively inhibited until, at about 150 ml, the activity is completely inhibited and the patient notices a sensation of rectal fullness. In the megarectum the volume necessary to produce reflex inhibition is high, 700 ml or more, and abdominal pain is often felt before any rectal sensation is noticed. One case had a normal response, that is inhibition occurred at 150 ml, and in one case any attempt to defecate the balloon excited intense voluntary contractions of the pelvic floor muscles.
There are two points in support of this high threshold of sphincteric inhibition as a cause of megabowel. There is the response after treatment. When some of these patients have been reexamined after several months' treatment on a medical regime rectal distension causes subjective symptoms at a lower volume than before, the intrarectal pressure is higher, but the threshold for inhibition of the EMG is not lowered. In those patients who had very high thresholds, abdominal pain may be caused before any inhibition can be initiated.
In the investigation of patients with constipation but without clinical or radiological evidence of megabowel this high threshold for inhibition of the anal sphincters is commonly found. This would suggest that it is a cause of megacolon rather than an effect of a chronically dilated bowel, and it may be argued that in some cases the megabowel represents a decompensated colon which has dilated as a result of the functional obstruction caused by the lack of sphincteric inhibition.
Results ofTreatment
In discussing the results of treatment it is again convenient to -divide the cases into two groups, pre-and post-1961. With the increasing use of the EMG and the increasing realization of the bad results of surgery, medical management has been the main treatment of our cases of idiopathic megacolon, for no amount of rectal or colonic surgery is going to improve what is believed to be a failure of normal rectosphincteric reflexes.
Fifteen of the 18 cases of idiopathic megacolon seen since 1961 have been treated by a medical regime. Initially 15 mg neostigmine t.d.s. was used, but more recently a simple regime using a small dose of magnesium sulphate daily, often aided by suppositories, seems equally effective in helping these patients have a daily action and preventing ftcal impaction. On these simple regimes no further measures are necessary, provided the patient is co-operative. Only one patient has impacted again, in a follow up ranging from six months to three years. Although these patients remain well and do not impact, they all have soft f&-ces in the rectum on follow up; it cannot be claimed that they are clinically normal.
Three patients have been treated by operation since 1961. One young girl had been treated elsewhere by a pull-through procedure and the anastomosis had broken down extensively. A further pull-through was attempted but she was left with a high fistula; eventually an excision of the rectum and terminal colostomy had to be done. Two colectomies with ileorectal anastomosis have been done: one patient has urgent frequent bowel actions during the day and is in-continent at night; the other also has frequpnt urgent actions and needs codeine phosphate to control her symptoms.
Prior to 1961, 19 cases of idiopathic megacolon were treated, 15 by operation. Seven cases were treated by colectomy and ileorectal or cmcorectal anastomosis. Of these only 2 have good results. The remainder are all troubled by frequent urgent stools and occasional incontinence and need codeine phosphate or other drugs to make life tolerable.
Eight cases were treated by sigmoid colectomy. One case has a good result. One is slightly improved and the remainder have all suffered from impaction usually within six months of operation. They all need regular laxatives to have a daily bowel action and prevent impaction.
